ABSTRACT
Introduction
Lymphangiomas are uncommon developmental malformations that arise from sequestrations of lymphatic tissue that fail to communicate normally with the lymphatic system. Although any anatomic site can be affected, the most common site is the head-and-neck region, due to the rich lymphatics at that site. The rest other anatomic sites affected are axilla, mediastinum, groin, retroperitoneal space, and pelvis. [1] Cystic lymphangioma (CL) is common in children of <2 years of age with no gender predilection. [2] Presentation in adult life is rare and even less commonly arises within the salivary gland. Till date, few cases of CL of the parotid have been described in the English literature. Herein, we report a rare occurrence of CL within the parotid gland of an adult male which caused a diagnostic dilemma in cytology and later confirmed by histopathology.
Case Report
A 24-year-old male presented with swelling near the right parotid region for 20 days, following trauma to that site. The lesion was of size 7 cm × 5 cm × 2 cm and was firm, nontender with restricted mobility. With this clinical background, he was advised for ultrasonography and fine-needle aspiration cytology of the lesion. Ultrasonogram of the neck revealed a well-defined heterogenous hypoechoic space occupying lesion with internal cystic spaces and low vascularity suggesting hemangioma. On aspiration, 5 mL of hemorrhagic fluid came out, and the swelling reduced in size after aspiration. Cytosmears revealed occasional salivary gland acini and few naked nuclei over the hemorrhagic background. No duct epithelial cells were seen [ Figure 1 ]. In correlation with the clinico-radiological findings and the presence of a hemorrhagic background in cytosmears, a diagnosis of the benign vascular lesion was suggested.
With this superficial parotidectomy was done, and the gross specimen measured of a size 4.7 cm × 4 cm × 1 cm
This is an open access journal, and articles are distributed under the terms of the Creative Commons Attribution-NonCommercial-ShareAlike 4.0 License, which allows others to remix, tweak, and build upon the work non-commercially, as long as appropriate credit is given and the new creations are licensed under the identical terms.
For reprints contact: reprints@medknow.com which on cut section revealed a circumscribed solid cystic lesion of size 2.3 cm × 2 cm × 2 cm. The cyst was multiloculated with intervening septa showed the focal area of golden brown discoloration. The cysts varied of sizes ranging from 0.2 cm to 1.2 cm in diameter containing thick mucoid material to blood clot in some [ Figure 2 ]. Microscopy showed a circumscribed lesion comprising cystic spaces of varying caliber lined by attenuated endothelium and filled with eosinophilic proteinaceous fluid-containing lymphocytes [ Figure 3 ]. Few cysts contained old hemorrhagic fluid with hemosiderin-laden macrophages and few lymphocytes. Small lymphoid aggregates, few plasma cells, and fibroblasts were noted in the intervening stroma with unremarkable salivary gland acini and ducts. With these findings, a final diagnosis of intraparotid CL was made.
Discussion
Lymphangiomas are developmental malformation rather than true neoplasm. The lymphatic system arises from six primitive sacs that develop at the 6 th week of intrauterine life. The first pair is jugular sac, the second pair is cisterna chyli located at retroperitoneal tissues, and the third pair is posterior lymph sacs develop at inguinal region. Aberrant proliferation of lymphatic vessels leads to these malformations with a common presentation as large soft-tissue mass. Depending on the histomorphology, lymphangiomas are classified as lymphangioma simplex, cavernous lymphangioma, and CL or cystic hygroma. [1] Though this system of classification do not have any prognostic significance.
Cystic hygroma usually present as slow growing, soft, fluctuant mass in infancy, and childhood, but occurrence in adulthood is rarely seen. [3] Acute-onset rapid enlargement of the mass is usually associated with trauma, infection, or hemorrhage into the cyst. Trauma is the probable cause of acute-onset swelling in our case.
Although posterior triangle of the neck is the most common location, it can occur in the tongue, face, and floor of the mouth and rarely involve the parotid gland. However, origin from parotid gland is extremely unusual and causes a diagnostic dilemma.
There are few case reports of parotid gland lymphangioma describing in cytology. [4, 5] The classical cytology smears of CL show predominantly mature lymphocytes admixed with cytologically bland spindle-shaped cells against a proteinaceous background. In this case, the hemorrhagic background along with few bare nuclei, misleaded to a diagnosis of vascular malformation in correlation with the radiological findings. All these changes are probably due to trauma-induced hemorrhage into the cyst. Cystic lesions within the parotid are uncommon, and clinically, they are misdiagnosed as tumors. During dealing with cystic lesions of the parotid gland, the various differentials considered are neoplastic lesions such as Warthin tumor, cystic pleomorphic adenoma, cystic low-grade mucoepidermoid carcinoma, acinic cell carcinoma, and nonneoplastic lesions such as retention cyst, branchial cleft cyst, benign lymphoepithelial lesion, and rarely congenital malformation like polycystic disease of the parotid gland. Proper history, clinical examination, and radiological findings can help to rule out the other differentials and the final diagnosis will be reached after surgical excision and histopathological examination.
Sometimes, secondary hemorrhage into the cyst confuses with cavernous hemangioma as in our case, but the presence of lymphoid aggregates in the stroma with more irregular lumen of the cyst favors the diagnosis of CL. In addition, the immunohistochemical markers for lymphatic lineage such as vascular endothelial growth factor receptor 3, D2-40 add to the diagnosis. [6] Complete excision of the cyst is the mainstay of t r e a t m e n t ; h o w e v e r, i f i n a d e q u a t e e x c i s i o n occurs the rate of recurrence ranges from 10% to 38%. [7] In some cases, treatment with sclerosing agents such as OK-432 and bleomycin is also used with varying results. [8, 9] Good response to sclerosants is seen in the head-and-neck location, size <5 cm and macrocystic architecture. In our case, the patient had undergone superficial parotidectomy and doing well in his 3 months of follow-up visit with no sign of recurrence.
Conclusion
Although rare, CL should be considered as a differential in dealing with cystic lesions of the salivary gland. Although trauma alters the classic morphology of lymphangioma in cytology, biopsy and histopathology confirm the diagnosis.
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